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BBenenue

bonesnp ®abpu ninu 6ome3np Arnepcora-dadpu - HacmeACTBEHHOE 3a00JIeBaHNE,
OTHOCSIIEECS K TPYIIIE JU30COMHBIX OOJIE3HEH HAKOIUICHHUS, 00YCIIOBIIEHHOE
3HAYNTETHLHBIM CHIDKCHHEM aKTUBHOCTH WJIM OTCYTCTBHEM (hepMeHTa
0-ranmakTo3uaassl A. ledurur hepMeHTa NPUBOJAUT K HAKOTUICHHUIO
rII000TpHAO3UIIIIEpaMU/Ia U POJICTBEHHBIX TTTUKO(POCHOIUIHIOB B TU30COMAX
KJIETOK Pa3JIMYHBIX OPTaHOB, BKJIIOYAs CEP/IIC, TOYKH, HEPBHYIO CUCTEMY U
SHJIOTENIUM coCy10B. bosne3Hp BrepBbie onrcana B 1898 r. aHrmiickum
JepPMaTOJIOTOM AHAEPCOHOM M HEMEIKUM aepmaToiiorom @abpu. B neTckom
BO3pacTe 3a00JIeBaHUE TPOSBIIACTCS OOJIIMH B KUCTSX M CTOIAX,
aHTHOKEpaTOMaMH, TUIIOTUAPO30M, aCTEHUEH; B O0JIee cTapIieM BO3pacTe
MIPUCOCAUHSIOTCS 00JIb B )KMBOTE, TOPAKEHUE TIOYEK, CEP/Ila, BOZMOKHBI
TPaH3UTOPHBIC UIIEMUYECKHE aTaKu, HHCYJIBT. 3a00JIeBaHNE HOCUT
MIPOTPECCUPYIOIIUM XapaKTep, COMMPOBOXKIAACTCS CHIDKCHUEM KadyecTBa U
MPOJIOIKUTEILHOCTH KU3HU. CMEpPTh MAIlMEHTOB, KaK MPaBUIIO, HACTyIAeT Ha 4-M
JECATUIICTHH JKU3HU OT CEPACUHO-COCYIUCTBIX, IIEPEOPOBACKYIISIPHBIX

OCJIOKHEHUH Wi noyedHoil Henocrarounoctu. Kox MKB-10 E75.2 OMIM
301500.

NMUAEeMHUOJIOT U

bone3znp ®abpu OTHOCUTCS K peIKUM 3a00jieBaHUsIM. PacripocTpaHeHHOCTh
00JIe3HU B Pa3IMUHBIX CTpaHAX MHUPA BapbUPYET B MIHUPOKUX npenenax (ot 1 Ha
117000 no 1 Ha 476000 Hacenenust). Y My>KUUH U KEHIIHUH C PAHHUM UHCYJIHTOM
yactoTa 6osie3Hu @adbpu cocrasuina 4,2% u 2,15, COOTBETCTBEHHO, C
runepTpodueit JeBoro xemynouka HessicHoro npoucxoxaenus - 0,9-3,9% u 1,1 -
11,8%, ¢ TepMuHaIbLHON MOoYeUHOM HegocTaTouHOCTHIO - 0,33% 1 0,10%. Yactota
HOBBIX ci1y4yaeB 6osie3Hn Dadpu, orleHeHHas Ha BHIOOPKAaX HOBOPOKICHHBIX
MaJbYMKOB, IO CHUYKEHUIO aKTUBHOCTH O-TallakTO3uaa3bl A COCTaBWIIa Ha
TatiBane 1 nva 2400, B Utanuu 1 va 3100. BepositHo, uTo Oosee
pPacIpOCTPaHEHHBIM SIBJISIETCS JIETKOE, aTUuyHoe TeueHue bd ¢ npusnakamu
MopakeHUs: OJHOTO OpraHa.

ITHOJIOTUA

[TpuunHO¥ Bo3HMKHOBEHUs Oosie3Hn dabpu sBnsitorcst mytanuu reHa GLA,
KOHTPOJUPYIOIIETo CTpyKTypy 0-ranakro3unassl A (GLA; EC 3.2.1.22). I'en
0 - raJlakTO3UAa3bl A KapTUPOBAH Ha JJIMHHOM Iuleue XpoMocoMbl X( 22.1, umeer



pa3mep 12 kb u coctout u3 7 3K30HOB, IPOTSKEHHOCTHIO OT 92 10 291 map
ocHoBaHui. Koaupyromuii pernon reda cogepxxut 1290 map ocHoBaHui,

OTIPEAETSIONINI MOMUIENITUIHYIO CTPYKPYPY PpepMenTa (429 aMUHOKHCIOTHBIX
octatkoB). K HacTosmeMy BpeMeHu HACHTUPUIIUPOBAHO 599 myTanuii u
nonumopdusmoB B rene GLA, B Tom uncine 435 naToreHeTH4ecKux "TOUKOBBIX"
MyTalui, U3MEHSIOMIMX KUHETUYECKUE CBOMCTBA U CTAOUIILHOCTH rajaKTO3H 1a3bl
A. BONBIIMHCTBO MyTallUi SBJIAFOTCS YHUKATbHBIMH JIJIS1 KaXKIOU CEMbH.
Haubomnee yacTbIMu NPUYMHHBIMU MYTaIUSIMU SBJSIIOTCS MEcceHe (76,4%) u
HoHCeHC (16,4%) myTaruu; Ha 10110 GperMITUGT U MyTaIMi CAUTOB CIIaliCUHTa
npuxoauTcs npuMmepHo 1o 3,6%. bone3ar ®adpu HacieLyeTCs IO PEIECCUBHOMY
X-cuersieHHoMY Tuny. ['eMu3uroTHpie My>K4MHbI UMEIOT €TUHCTBEHHYIO
MYTaHTHYIO X-XpOMOCOMY, YTO ONPEEIeT KIaCCUUeCKUi (heHOTH OOJIE3HH.
OHu nepearoT MyTaHTHYIO XpPOMOCOMY TOJIBKO CBOMM JIOYEPSIM, HO HE CBIHOBBSIM.
Takum 00pazom ouepu 00JIbHBIX 00sie3HBI0 DAOPU OTIIOB UMEIOT OJHY
HOPMAJIBHYIO U OJIHY MYTaHTHYIO XpPOMOCOMY, T.€. SIBJISIFOTCSI T€T€PO3UTOTAMHU.
OcTraBasch, Kak PaBUiIO, KIMHUYECKH 3J0POBBIMH, OHU MOTYT MEpeIaTh
MYTaHTHYIO XpOMOCOMY H, CJI€A0BATEIbHO, TaTOJOTUYECKHI aJIIeIb TOJIOBHHE
CBOMM IOTOMKaM. TedeHne 00J1e3HU Y HUX, KaK MPaBUJIO, YMEPEHHO-BBIPAXKEHHOE
c OoJiee MO3AHUM HAa4YaJIOM, MEJUIEHHBIM NIPOTPECCUPOBAHUEM U JIETKUMHU
KJIMHUKO-TIaTOJIOTUYECKUMHU U3MEHEHUsIMU. BmecTe ¢ Tem Obu1o MOKa3aHo, 4To y
YaCTH FeTEPO3UTOTHBIX JKEHIIMHBI C MyTalllel reHa 0-rajakTo3uaassl A
pa3BUBAIOTCA TsHKENbIE MposiBIeHus 0ose3un @adpu, Tpedyrolre MeIUIMHCKOM
MOMOILM U BMEILIATENbCTBA.

ITaTorenes

[TepBUYHBIM MATOTEHETHYECKUM 3BEHOM 00s1e3Hh Dabpu sBisieTcs neuiur 0-
raJlaKTO3Maa3bl A, KOTOpas B HOPME OTIICTUISICT TEPMUHAIBHBINA OCTAaTOK O -
raJIaKTO3bI OJIMTOCAXAPUIHON e HEUTPATBHBIX TIIMKOC(HUHTOTUITHIOB.
HenocrarouHocTh epMeHTa MPUBOAUT K HAKOIIJICHHUIO B JTM30COMAX
IEPaMUATPUTEKCO3H 1A (PHIOTETHANTBHBIC U TJIAIKOMBIIICYHBIC KICTKHA COCY/IOB,
AMUTENMAIbHBIC U TIePUTEINaIbHbIC KIIETKH OOJIBIIMHCTBA OPTaHOB) U
JTUTagakTo3wiInepamMuaa (IOYKM, KaMepbl cepalla, IICHTPaIbHON HepBHOM
cucteme). boIbIMHCTBO TIMKOC(HUHTONUIHIIOB CUHTE3UPYETCS B TICUCHU HIIU
KOCTHOM Mo3re. [1106oTprao3umiepamMu TpaHCIOPTUPYETCS U3 TETaTOIMTOB
JUTIOTIPOTEUIAMH HU3KOW 1 BEICOKOM IUTOTHOCTH M 3aXBaThIBACTCS IPYTUMHU
KJIETKaMH Yepe3 CXOXKHE JTUTOMPOTESHHOBBIC pelenTophl. [ 1000311, OCHOBHOM
MPEAMISCTBEHHHUK TJI000TPHAO3MIIIIEpaMHUIa, TIPOAYIIUPYETCS B OOJIBIICH CTEIICHH



U3 COCTApUBIINXCS MeMOpaH 3puTpouToB. [lonaraioT, yTo HapymeHue oOMeHa
MEMOPaHHBIX TTIMKOC(UHTOJIUIINUIOB SIBJISIETCS OCHOBHBIM MCTOYHHUKOM CyOcTpara

npu 6one3nn Padbpu. Beigensttor aABe hopMbl OOJIE3HA - KIIACCUYECKYIO U
ATUITMYHYIO (MTO3HEE HAYaJI0, N30JIMPOBAHHOE TIOPAKEHUE TOJIOBHOTO MO3Ta,
Cep/la Win MoYeK).

Kaununueckas KapTuHa

Knunnueckue penotuns! npu 6ome3nn @adpu MOTYT OBITh UpE3BbIYAHO
pa3zHOOOPa3HBIMU KaK y JUI] MY»CKOTO, TaK M >KEHCKOTO MOoJja JaXKe Y YJICHOB
OJIHOU CEMbH. | eMU3UTOTHBIE MY>KUYMHBI YACTO UMEIOT XapAKTEPHBIN BHEIIHUN
BUJ], HATOMUHAIOIINNA OOJIBHBIX C aKpOMETaJINEH - BBICTYNAIOLINE
cylpaopOUTaIbHblEe AYTH U JOOHBIE OYIPbI, BHICTYIAIONIAs HUKHSISL YETIOCTb,
yBEJIMYEHHBIE TYOBl, 3anaBlIas IEpEeHOCHIIA. Y JKEHIIMH Yallle OTMEYaroTCs
aTUnU4YHble (HOpMBI U 00JIe3Hb pa3BUBaeTCs OoJiee MeIeHHO. KokHble
IPOSIBIICHUSI. AHTHOKEPATOMBI COCTOSIT M3 CKOTICHUH OTAETBHBIX IKTATHUECKUX
KPOBEHOCHBIX COCY/IOB, TOKPBHITHIX HECKOIBKUMHU CIIOSIMHU KOKU. DTH MPOSIBICHUS
IUTOCKHE WM CJIeTKA MPUMOJHATHI, OT TEMHO-KPACHOTO /IO CHHErO I[BETa U OOBIYHO
pacrojoKeHbl B IaX0BOM 00y1acTy, Ha Arouuax, oepax u B 00J1acTH MyIIKa.
AHTHOKEepaTOMBI MPOSIBIISIFOTCS B IETCTBE U MOCTENEHHO C F'O/IaMU YBEJIMYUBAIOTCS
B KOJIMYECTBE U B pazMepax. MoryT BO3HUKHYTh TaK)K€ aHTMOIKTa3UU B
CIIM3UCTON pTa U KOHBbIOHKTHUBE. 3BecTHBI cinyuan 6one3nu dadbpu 6e3
anruokepatoM. [lepudepuueckas HepHas cucrema. bonesunp ®adbpu oTHOCUTCS K
00J1e3HEHHBIM TTOJTMHEBPOIIATHAM. Y MAIMeHTOB ¢ 60se3Hpi0 @abpu B 70-80%
CllydaeB HaOJII01aeTCsl XpOHUUECKask BRIpAKEHHAs, H3HYPSIOIIas HEBpONaTHIeCKast
00JIb B KOHEYHOCTSX. J{J1s1 3TOM 0O TUITMYHBI TaKUE KaI00bl, KakK kKrydast 00Jib,
WM CUJIbHAS 00J1b, BOSHUKAIOIIAS IPY HEOOJIBIIOM O0JIEBOM pa3/ipaxKeHUH, I
00J1b, BOHUKAIOIIAs ITPH MOBBIILIEHUU TEMIIEpaTyphl OKpYXaroliei cpeasl. Ota
00J1b COPOBOXKIAETCS AKPONAPECTE3USIMHU - MyUYUTEIbHBIM UyBCTBOM
MOKAJIBIBAHUS WIIH TIOJI3aHUS MypaIlieK B KOHEYHOCTSIX, OOJIbIIE B KUCTAX U
cronax. Kpome mocTossHHOI HEBpomaTHUECKOi 00JIM U aKpOonapecTe3nit st
0one3nn @adbpu TUTHUYHBI 00JIEBBIE KPU3bI, KOTOPHIE YaCTO BOZHUKAIOT MPU
TIepeMeHe TIOTO/Ibl, TUXOpake, (GU3MUECKON Harpy3Ke, CTpecce U Mmocie mpruemMa
aJIKOrOJIsl. DTH 3MU30bl MOTYT BOZHUKHYTH Y JIMI] 0OOUX TOJIOB U HAYAThCS yiKe C
nByx neT. [Ipu 6osneBom kpuze @abpu 60716 TproOpeTaeT 00Jiee MyIUTEIbHBIN
XapakTep, MOXKET UPPATUNPOBAThH U3 AUCTATBHBIX OT/IEJI0B KOHEYHOCTEH B
POKCUMAJbHBIC, IITUTCS OT HECKOJIBKHUX CEKYH/I 10 HECKOJIbKMX HEIeNb 1 HEe
CHUMAETCS HAPKOTHYECKUMH aHAJIbIeTHKaMH TOYHBIN MEXaHU3M



HeBpomnaTuieckon 601u npu 6one3nn Pabpu ocTaeTcs 10 KOHIIA HE U3YUYEHHBIM.
[Ipennonaraercs, 4To OOJb SABISAETCS PE3YABTATOM CTPYKTYPHBIX MMOBPEKICHUI
TOHKHMX HEPBHBIX BOJIOKOH B Pe3yJIbTaTe HAKOIUICHUS TII000TpHa03MILIepaMuia B
aKCOHAX HEPBOB, FAHTJIMX 33JHUX KOPEIIKOB U B vasa nervorum (601e3HeHHas

TOHKOBOJIOKOHHASI IOJIMHEBpONATHsl, nepudeprudeckas HeBponaTuieckas 00Jib).
Tak>ke U3BECTHO O KajblupuKauu Tanamyca npu 6one3nn @adbpu (eHTpasibHas
HEBpoHnaTH4ecKasi 00Jb IPH MOBPEXKACHUH TajlaMyca). Y MalueHTOB ¢ 0OJIE3HbIO
®abpu 4acTO BCTpEYAETCS] CHUXKEHHUE HIIM MTOJIHOE OTCYTCTBUE MTOTOOTACIICHHUS.
OTH U3MEHEHUS CBA3aHBI C HAKOIJIEHUEM TTI000TPUAO3UIILIEPAMHK/IAa B TOTOBBIX
JKeJe3ax U B CTEHKaX KPOBOCHAOXKAIOIIUX HX COCYJIOB, a TAKXKE C MOPAKECHUEM
BETETATUBHBIX HEPBHBIX BOJOKOH.

JlabopaTopHasi IMArHOCTHKA

C nenbto quarHoctuku 0oie3nn @adbpu onpeaenstoT akTUBHOCTh alibda -
rajakTo3uaasbl A B IUTa3Me WM JIEMKOUHUTAX KPOBH. J(MarHo3 noATBEPKAAOT
yTeM '€HOTUIIUPOBAHUS TeHa anb(da-ranakTo3uaasbl A. B kmuHnueckux
UCCIJIEJOBAaHMSIX B KaUECTBE MOKa3aTels 3P(HEKTUBHOCTH 3aMECTUTEILHON TEpaNuu
UCIOJIB3YIOT YPOBEHb I1000TpHao3mwichunrosnna (mm3o-Gb3). IloreHnuanbHbIM
OroMapkepoM 3a00JIEBaHUS CUMTAIOT TaKkKe IKCKpenuto J1n30-Gb3 ¢ Movoid.
OnpeneneHne akTUBHOCTH JTIM30COMHBIX (DEpPMEHTOB 30J10ThIM CTaHAAPTOM
JMArHoCTUKH 0ose3Hn Padpu ABIAETCS ONpenesieHne aKTUBHOCTH JIM30COMHOTO
(depmenTa 0-ranakto3uaasbl A. CHHKEHUE aKTUBHOCTH (pepMeHTa HaOIoAaeTcs B
JIa3Me, JISMKOIUTaxX, ChIBOPOTKE KPOBH, CIE3HOM KUJIKOCTH, B JTIOOOM OnonTaTe
WM KYJIBTYPE KJIETOK KOKHBIX (UOp00sIacTOB. AJIBTEPHATUBON MOXKET OBIThH
MCCJIEIOBAHNE BBICYIICHHBIX Karlelb KPOBU Ha GUIBTPOBAIILHOM Oymare (00pasiisl
MOTYT XPaHUTBHCS B TEUEHNE HECKOJIBKHUX MECSLIEB) C TOMOILBIO
(GIIFOOPUMETPUYECKOTO METOAA. Y MYXUYHMH CHUKEHHAsI aKTUBHOCTD 0-
rajlakTo3uaa3bl A sIBJISIETCS JOCTaTOYHO MH(OPMATUBHBIM MPU3HAKOM OOJIE3HU
dabpu 1 MOKET UCIOJIb30BATHCS B KAUECTBE CKPUHUHTOBOTO TecTa. OJIHAKO Y
TPETH JKEHILUH ¢ 007e3Hbt0 Pabpu aKTUBHOCTH 3TOTO (DEPMEHTA MOKET OBIThH
HOPMAaJIbHOM, NO3TOMY HaJI€KHO UCKIIFOYUTh WIM MOATBEPAUTH JUArHO3
II03BOJISIET TOJIbKO reHerndeckuit Tect. JJHK-nnarnoctuka B cinyuae
HEOJITHO3HAYHBIX PE3yJbTaTOB OMOXUMHUYECKUX UCCIEIOBAaHUM y OOJIBHBIX, a TAKXKE
C LEJIbIO MPOBEICHUS TPEHATATbHON JUAarHOCTUKHA Ha PAHHUX CPOKAX
OEpEMEHHOCTHU WM MPEUMILIAHTAIMOHHONM TUarHOCTUKU PEKOMEHAYETCS
MPOBEICHUE MOJIEKYJISIPHO-TEHETUUECKUX uccieaoBannii oopasna JJHK nanuenTa.
JAHK moxeT ObITh BBIJICJICHA U3 JTF000TO OMOJIOTHYECKOT0 MaTepuara,
COJIEpKAILEro KIETKU (KPOBb, KIETKU CIU3UCTOTO AUTENHNS IEKH, BOJOCSIHBIE



(boMKyYIBL, APyTHUE TKaHU, a TAKXKE CIIOHA, MOYa), HO HanOoJiee 4acTo
UCIIOJIb3YIOT KpOBb. [Ipu npoBeaeHN 10pOI0BOM TMarHOCTUKU UCTIOJIb3YIOT
KJIETKH XOPUOHA WM KJIETKH aMHUOTHYECKOM KUIKOCTU. bOJBIIMHCTBO MyTaIuit
y MaIueHToB ¢ 00sie3HBI0 PaOpU MOTYT OBITh BBISBJICHBI C TOMOUIBIO
CTaHJApTHOTO ceKkBeHUpoBaHHUs (rocie BoiaeneHus JJHK ncnonb3yrot
MOJIMMEPA3HYIO MEMHYI0 PEAKITUIO ISl TOTO, YTOOBI aMIUTH(DUITMPOBATH
KOJUPYIOIIYIo 005acTh reHa; noxydennasii [II[P-nmpoxykTt 3aTem monBepraercs
CEKBEHUPOBAHUIO (OMPEAEIICHNIO HYKJIEOTHAHON MTOCIIEI0BATEIbHOCTH
noixyueHHoro ¢pparmenta JJHK);

JleyeHnue

Hcnonp3oBanue pepmenTozamectutensoit Tepanuu (O3T). 3amecTurensHas
Tepanusi pPeKOMOMHAHTHBIMH TIpenapaTamMu aib(da - TaakTo3ugasbl A
ucnonb3yercs ¢ 2001 roga. C 3Tol 11ebI0 IPUMEHSIOT arajicuaasy aibda
(Perutaran, Shire Human Genetic Therapies) u aranicunasy 6eta (dadpazum,
Genzyme Corporation), KOTOpbIE MOTYYaOT C MTOMOIIIbIO JIMHUIM PuOpoOIaCcCTOB
KO YeJIOBEKa U SMYHUKOB KUTAHCKUX XOMSIKOB, COOTBETCTBEHHO. Arayicujia3a
anb(a u arancugaza 6eta ObUIH 3apETUCTPUPOBAHBI B MUPE HA OCHOBAHUHU
pe3yabTaTOB PaHAOMU3UPOBAHHBIX, T1a1I€00-KOHTPOIUPYEMBIX UCCIIET0BAaHUM, B
KOTOPBIX 3aMECTUTENIbHAS TepaInsi YMEHbIIana BRIPAKEHHOCTh HEBPOIATHICCKOMN
00111, BBI3bIBAJIa PErpecc TUNEePTPO(UHN JTEBOTO KEITYyA0UKA U CTAOMIN3AINIO
GyHKINU MTOYEK, 3aJIepKUBaJIa Pa3BUTHE MOYECYHON U CEPJICUHO - COCYIUCTOMN
HEJI0OCTaTOYHOCTHU 3a00JI€BaHUM TT0 CpaBHEHHIO ¢ Tu1aie0o. [lo qaHHbIM
CUCTEMATU3UPOBAHHOTO 0030pa JIUTepaTypshl, 3PHEeKTUBHOCTH 3aMECTUTEIHLHOM
TE€paNuu U3ydanach Mo KpanHeu mepe B 48 MPOCIEKTUBHBIX UCCIICIOBAHUSIX
(KOHTPOMMPYEMBIX WM HAOMI0IaTeIbHBIX ). B 22 13 HUX IPUMEHSIIN arajacuaasy
anb(da, B 22 - arajcuaasy 0era, a B 4 uccie0BaHUAX ObUTH 0000IICHBI
pe3ynbTaThl MPUMEHEHU 000UX MpemapaToB. B 1enoM pe3ynbTaThl STHX
MCCJIEIOBAHUM TTOATBEPAUIIN OJIaronpuaTHBIN 3(G(HEKT 3aMeCTUTETLHON Tepanuu
Ha (QYHKIIHIO Cep/illa U TO0YeK, HEBPOMATUYECKYIO OOJb U KaueCTBO KU3HU
OONBHBIX, YIyUIIEHUE CIyXa U BeCTUOYsipHOUN PyHKIMU. IdPexT Ob1 O0ee
BBIPOKCHHBIN y OOJIBHBIX C pAHHUMH TIPOSIBICHUAMU 3a00eBanus. CyauTh O
CpaBHUTENbHOU 3(h(PEKTUBHOCTU ABYX PEKOMOMHAHTHBIX MIpenapaToB O-
rajJlakTo3u/1a3bl A CJI0KHO; MO-BUJIUMOMY, OHa conocTaBumasi. Heo6xoaumbl
JIOTIOJTHUTEIHHBIC UCCIICIOBAHUS TS U3y4deHUs 3(PPEKTUBHOCTH 3aMECTUTEITHHON
Tepanuu y *KEHIINH, a TAKKEe JIJIs1 OTPEICIICHHS ONITUMAJIBHBIX CPOKOB €€
Ha3zHadyeHwus. [locie nocranoBku AuarHo3a b®d tpedyeTcs TouHas OLEHKA TSKECTU
KJIIMHAYECKUX MPOSBJICHU 00JIE3HU. ITO MO3BOJIUT 3aTEM OIEHUTh KIIMHUYECKYIO
sabdextuBHOoCcT, O3T y MaHHOM KaTeropuu OOJBHBIX, TPU HEOOXOIUMOCTH -



cKoppurupoathb Tepanuio. Kinnunueckas ouenka b® moxer ObITh MpoOBEACHA C
MOMOIIIBIO0 MHIEKCA OIleHKH TspkecTu Maitai (MSSI), koTopslii crienyer
MCITI0JIb30BATh JJII MOHUTOPUHTA T€UeHHs 3a00JieBaHus. Araincuaasy aibda
BBO/JISIT BHYTPUBEHHO B J103¢ 0,2 MI/KT JBa pa3a B Mecsll, arajicujasy oerta -
BHYTpPUBEHHO B J103¢ 1,0 Mr/kr aBa pasa B mecsll. [logpo6HO nmpuroroBieHune
pPacTBOPOB ISl BBEICHUSI ONTMCAHO B UHCTPYKIIUU K npenapary. O0a mpemnapara He
COJIepKaT KOHCEPBAHTOB U MOJJIEKAT HEMEIJIECHHOMY BeJleHHI0. [IepBbie BBeeHUS
MpenapaToB JOJKHBI OBIThH C/ICJIAHBI B YCIOBUSIX MajlaThl UHTEHCUBHOMN TEpanuu.
JleyeHuie MOOOYHBIX peakIMii cUMITOMaThuYeckoe. Eciii nanuenT nepeHocur
TEpanuio XOpoIlo, TO B JaTbHEHIIIEM eMy MOKHO PEKOMEHI0BaTh IPOBOIUTH
uH(py3un B aMOynaTopHbIX ycioBusx. @opma Beinycka Pernarana: pactBop 1o 3,5
MJI arajcuaasbl anbda Bo ¢urakonax mo 5 mur; ®abpazuma: mmodunusar,
SKBUBAJICHTHBIA 35 MT aran3uaasbl 0eTa, B IpO3payHOM CTEKJITHHOM (pIakoHE
oobemom 20 mi. B Poccun npenapar Pennaran 3apeructpupoan 29.01.2009 roga
(peructpaunonnsiii HoMep: JICP 000551/09), ®abpa3um - HAXOAUTCS HA CTAJIUU
nepepeructpamnuu. Ha pone ®3T y 60apHBIX MOTYT BbIpaOaThIBATHCS AHTUTENA
kiacca IgG k arancupnasze. [Ipumepno y 24% nanueHTOB-MYy>KUKH cirycTs 3-12
MecsI1IeB Mocie Havasa jeueHus PeriaranoM OpuT 0OHApYKEH HU3KUMA TUTP
anturen kinacca IgG. Yepes 12-54 mecsina tepanuu Pernnaranom y 17% O0ONbHBIX,
Mo-IpeXXHEMY, OOHAPYKUBAJIMCh AaHTUTENA, B TO BpeMs Kak y 7% MalueHToB
OTMEYAJINCh IPU3HAKU PA3BUTHUS UMMYHOJIOTHYECKOU TOJIEPAHTHOCTH, YTO
ITOATBEPKAAIOCH HCUE3HOBEHUEM aHTUTEN Kitacca IgG ¢ TeueHnem BpeMeHu. Y
OCTaJIbHBIX 76% TAIMEHTOB aHTHUTENAa He ObLITH OOHapYy>KeHbI. [lo0ouHbIe

s dekrrl. [Tepenocumocts amurensHoit @3T xopomras. OCHOBHBIMU
HeXenaTelbHbIMU 3 (deKTaMu MOTYT ObITh PEaKIIMU Ha BBEJICHUE ITpenapara
(03HO00, MTUXOpaKa, TOIIHOTA, TaXUKapAUsl, 3y1, MHAITHs, 001 B KOHEUHOCTSX,
roJioBHas 00Jib, 00JIb B TPY/IM), B OCHOBHOM JIETKUE WU YMEPEHHO BBIPAKCHHBIE.
B ciiyyae anaduiaktruueckoil peakiuu 10KHA OCYIIECTBISITECA HEOTII0KHAS
MeIuIMrHCKas momotilb, uHGy3un O3 T 10KHBI OBITH TPUOCTAHOBJIEHBI, CPOYHO
JOJDKEH OBITh B34aT aHanu3 Ha IgE. Korna HaunHaTh 3aMeCTUTENBHYIO TEPAIHIO.
OnTumanbHble CPOKU HA3HAUYEHUS 3aMECTUTENIbHOW TepAIlUK HE ONPEEIIEHBI, a
pPEKOMEHIAIMY TI0 Ha3HAYEHHIO NAIeHTOB ¢ 00se3Hbt0 Dadpu oTauvaroTcs B
pa3HbIX cTpaHax. MyxunHam ¢ 0ose3npto @adpu 3aMecTUTeIbHAS TEParus
MoKa3aHa cpasy MocJjie yCTaHOBJICHUS AMarHo3a. Y MaJlbuUKOB C 0€CCUMITOMHOMN
0one3npto @abdpu eueHre MoKeT ObITh HauaTo B Bo3pacte 10-13 net, B TO Bpems
KaK MPpY HAJTMYUU CUMIITOMOB OTKJIa/IbIBaTh 3aMECTUTEIIbHYIO TEPANHIO HE
cieayer. Y *EHILIUH MOKa3aHUSIMU K JICUCHHUIO CYUTAIOT BBIPAKEHHBIE CUMITTOMBI
WJIU TIPU3HAKU MMPOTPECCUPYIOIIETO MOPAXKEHUSI OPTraHOB-MUIIEHEN, B TOM YUCIIE
XPOHUYECKAst HEBPOIAaTUYECKast 00JIb B KUCTSAX M CTOMAX, PE3UCTEHTHAS K



CTaHJAPTHOM Teparuu, MePCUCTUPYIOIIAs TPOTCHHYPHSI, CHIKCHHE CKOPOCTH
KJIyOOUKOBOM (hUIIbTPALIUH.
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